Childhood disintegrative disorder has its origin in a report by Theodor Hella published in 1908. Over the years this condition has been described in the literature mostly in the form of case repom (Volkmar, 1992) . and has bna variously termed dementia itrfantalis, Heller's syndrome, progressive d i i t egrative psychosis (Corbm et 1977) . disintegrative psychosis (ICD-9; World Health Organization, 1978)-pervasive disintegrative disorder (Burd et 01, 1989) or more recently in ICD-10 (World Health Organization, 1992) . otber childhood disintegrative disorder ('otber' differentiating it from Rm's syndrome) and in DSM-lV childhood disintegrative disorder (American Psychiatric Association, 1994). The and DSM-N definitions ace concep~ally the same. In ICD-9, which is used in this study, the condition is defined as a disorder in whicb normal or near-normal development for the fint few years is followed by a loss of social skills and of speech, together with a severe disorder of emotions, behaviour and relationships. Disintegrative psychosis was not iaduded in either DSM-III (American Psychiatric Association, 1980) or DSM-111-R (American Psychiatric Association, 1987), the assumption being that people wirh these relatively rare cases exhibit either a diagnosable neurological condition or are, at least in DSM-ID terms, examples of childhood-onset pemasivc devdopmental disorder. In DSM-IJJ-R thesc people would generally bc said to have autistic disorder (VoUrmar, 1992) . The issue of whtther such cases merit a separate diagnostic category must, among other things, depend on whether aspects of c W p~r a t i o a or course arc sufficiently distiaEtive (KmdeU, 1989) . n e prrsurt study examiacd the diagaostic validity of disimcgrativc psychosis by comparing outcome with a matched group of children with infantilt autism. (Doll, 1965) , or clinical evaluation when no formal assessment was made during the follow-up period). The closing date of the study was October 1995.
METHOD

Statistical methods
Statistical analysis was performed using SMS for Windows (Norusis, 1993) and Statistix PC software packages (Siegel, 1994) . The comparisons were based on the x2 test or Fisher's exact test (categorical variables) or t-tms (continuous variables). P t 0.05 (two-tailed t a t ) was considered significant. Table 1 shows gender and age at time of hospitalisation in childhood and at followup as well as IQ and social class for the disintegrative psychosis and the infantile autism groups. While matching was good for gnder, it was less satisfactory for IQ (x2=7.42, d.f.=4, P=0.12), social class (x2=1.99, d.f.=3, P=0.57) and age (tz2.10, d.f.=25.60, P=O.OS), but the differences were statistically insignificant. The two groups (excluding the deceased probands) were also comparable for mean age at time of follow-up (28.1 and 28.6 years, k0.17, d.f.=15.41, P=0.87). The average follow-up period was 22.3 years (range 11-32) for the group with disinregrative psychosis and 23.7 years (range 11-33) for the commrison samvle with infan- 
RESULTS
Aggravation in puberty
Aggravation of symptoms during puberty, usually seen as hyperactivity, aggressiveness and destructiveness, was observed in 6 (46%) of the group with disintegrative psychosis and 13 (33%) of the comparison cases (P=0.33, Fisher's exact tests).
Marital status
None of the individuals had at any time during the follow-up period been married, engaged or had cohabited with either a heterosexual or a homosexual partner (Table 3) .
Residence
Findings concerning the individuals' living circumstances at the time of follow-up or death are summarised in finally became homeless, still persistently refusing to receive any help from the public assistance office.
Educational level and occupational status
Differences in educational level were not significant (x2=0.79, d.f.=l, P=0.37). None of the probands was skilled or likely to succeed in completing either a regular education or vocational training. Occupational status did not differ between the groups (x2=3.90, d.f.=2, P=0.14). None had at any time been employed in a regular job. In the companion group 9/39 (23%) worked in a sheltered workshop compared with non in the group with disintegrative psychosis (P=0.09, Fisher's exact test).
Disability pension
All of the people with disintegrative psychosis over 18 years of age and all but one of the comparison subjects had received a disability pension (P=1.0, Fisher's exact test). This latter person was 20 years old at the time of follow-up. She lived at home with her mother. As she was unemployed and had no chance of ever finding employment, her social worker encouraged her to apply for a disability pension.
Global assessment of functioning
The mean score on the GAF scale was 18 for the disintegrative psychosis group and 24 for the comparison group (see Table 4 ; t=2.74, d.f.=35.66, P=0.01), reflecting significantly lowered psychological, social and occupational functioning on a hypothetical continuum of mental health.
Social style
Type of social interaction differed significantly between the two groups of subjects (see Table 4 ; x2=7.02, d.f.=2, P=0.03). All the people from the disintegrative psychosis group belonged to the aloof subgroup compared with 24/39 (62%) in the comparison sample (P=0.01, Fisher's exact test).
Intellectual level
People with disintegrative psychosis generally had lower scores on the summary IQ rating (assessed psychometrically or clinically) than the comparison group, but the difference failed to reach statistical significance (see Table 4 ; xZ=4.S9, d.f.=2, P=0.10). There were obvious fluctuations in some cases, particularly in those with disintegrative psychosis. Ninety-two per cent of people with disintegrative psychosis appeared to have severe learning disabilities (12113 v. 24/39, P=0.08, Fisher's exact test) at the time of follow-up or death compared with 54% at the time of primary admission. For the comparison group the respective figures were 61 and 46% (see Tables 1  and 4) .
DISCUSSION
To date, several studies have compared children with disintegrative psychosis and infantile autism on aspects of clinical presentation (Volkmar & Cohen, 1989; Kurita et al, 1992; Malhotra & Singh, 1993; Volkmar & Rutter, 1995) . Children with disintegrative psychosis by definition have a period of near-normal development that is longer than in infantile autism. The pattern of regression in disintegrative psychosis is different from that seen in infantile autism in that it generally includes loss of skills other than those associated with communication and social relationships. Earlier findings suggest that development after regression is less satisfactory in those with disintegrative psychosis than autism or other types of childhood psychosis (Burd et al, 1989; Volkmar & Cohen, 1989; Kurita et al, 1992) . In the present study we have attempted to supplement previous work by examining whether the two disorders can be distinguished in terms of outcome over a course of up to 33 years.
Methodology
The design of the study has certain advantages, as well as limitations. The long follow-up period provides an extensive picture of the course for people with the disorders. The groups were matched on possible confounding factors, that is, IQ (which is an important prognostic variable in children with learning disabilities and age. By collecting information from several sources we had the possibility of crossrevision of our findings. We compared the groups on types of behaviour that were relatively independent of the diagnostic criteria.
The study also has a number of weaknesses. The long-term outcome was based on case registers and medical records and not assessed face-to-face. The use of ICD-9 may be questioned. However, according to ICD-10 and DSM-IV the clinical descriptions have changed relatively little, although the development before the onset of disintegrative psychosis has been detailed in ICD-10 and DSM-IV.
Comorbidity of childhood-onset neurodegenerative disorder
Neuropathological findings have important implications for syndrome validity (Kendell, 1989) . In his meta-analysis of 60 published cases, Kurita (1988) reported inconsistent neuropathological findings. We found signs of manifest brain pathology in two people. One boy had a concomitant occurrence of disintegrative psychosis and subacute sclerosing panencephalitis and died three years after the onset of the disorder. This combination was also observed by Rivinus et a1 (1975) . Another boy had disintegrative psychosis and tuberous sclerosis. This person also had a downhill course, resulting in his death at the age of 31. Creak (1963) reported concomitant occurrence of disintegrative psychosis and tuberous sclerosis and recent findings have documented that tuberous sclerosis is a commonly associated disorder in people with learning disabilities (Gillberg et al, 1994) . As only two of the people with disintegrative psychosis were associated with progressive deterioration, our study confirms that disintegrative psychosis is not uniformly associated with such conditions (Hill & Rosenbloom, 1986; Volkmar & Cohen, 1989) . The associations of childhood-onset degenerative neurological conditions and disintegrative psychosis have led some authors to question the value of degenerative psychosis as a separate diagnostic category. In keeping with this view each of the cases studied might be more appropriately diagnosed with the single neurodegenerative diagnosis, in accordance with the principals of parsimony, leaving disintegrative psychosis as a clinical diagnosis after exclusion of other currently known and better understood neurological diseases. In ICD-10 and DSM-IV any neurological or other general medical condition associated with disintegrative psychosis is recorded on axis IV.
Epilepsy
Significantly more people (77% v. 33%) in the disintegrative psychosis group had developed seizures. Seizures were noted in five of the 21 cases followed-up by Corbett et a1 (1977) , Hill & Rosenbloom (1986) and Volkmar & Cohen (1989) . The prevalence of seizures (33%) in the comparison group is similar to the findings of Gillberg & Steffenburg (1987) . The increased risk of developing seizures in the disintegrative psychosis group is most likely a reflection of an underlying brain pathology probably present in the majority of those individuals.
Degenerative psychosis v. infantile autism
Altogether the results show a large amount of overlap between the two groups. There was a tendency towards a better outcome in the group with infantile autism in almost all of the functions assessed. Significant differences were found between the two groups in terms of number of admissions to nonpsychiatric departments, co-occurrence of epilepsy, social style and Global Assessment of Functioning score. These differences provide some support for employing a separate diagnostic category for disintegrative psychosis distinct from infantile autism. In practice, the diagnostic label of disintegrative psychosis may be of little value in work with individuals. However, the identification of cases of disintegrative psychosis may be of particular importance for research on this condition in order to clarify the mechanisms of pathogenesis of potential relevance to learning disabilities.
CLINICAL IMPLICATIONS
The study lent some validity to the diagnostic entity of disintegrative psychosis. 
